INTRODUCTION
============

Paraneoplastic syndromes are defined as clinical, biochemical, hormonal, hematological, neurological or dermatological disorders, associated to a neoplasm, but not directly caused by the primary tumor invasion or by its metastases.^[@r01]^ They occur in 1 to 7% of all cancers.^[@r02]^

Cutaneous alterations may be indicators of malignancy, thus helping on the diagnosis of a primary tumor by means of physical exam or biopsy.^[@r02]^

Bazex syndrome is a paraneoplastic syndrome more frequently associated to squamous cell carcinomas of the higher aerodigestive tract, and described for the first time by Bazex *et al*. in 1965. It affects primarily Caucasian males over 40 years of age, and it is characterized by a psoriasiform eruption of typical distribution, palmoplantar keratosis and symmetric onychodystrophy. Nose and ears are affected in 63% and 79% of patients respectively.^[@r03]^ One hundred and forty-five cases were already described, of which only twelve were women.^[@r04]^

We report the case of a female patient, with esophageal squamous cell carcinoma, associated to a typical and exuberant cutaneous manifestation, characterizing Bazex syndrome.

CASE REPORT
===========

Seventy-three year-old female, dark-skinned, farm worker sought medical attention due to pruritus and the presence of skin lesions in hands and feet for the last 40 days. She presented with edema and a well-delimited violet coloration extending through the distal half of the dorsal area of the hands to the tips of the digits. The fingers were swollen and the nails presented a yellow hyperchromia and onychomadesis ([Figure 1](#f01){ref-type="fig"}). Edema and violet coloration repeated the same pattern on the feet, appearing more pronounced at the distal half, and extending over the dorsal area of the toes. Onychomadesis and hyperchromia were also present on the feet.

![Lesions on the dorsal area of the hands and onychomadesis](abd-88-06-s1-0209-g01){#f01}

The patient was reluctant, responding only vaguely to the questions on the anamnesis. She declared herself a former smoker and a former drinker. Physical examination did not show any alterations besides voluntary guarding during the abdominal palpation. The main hypothesis proposed was of acrokeratosis paraneoplastica with differential diagnoses of tinea or psoriasis. Laboratory exams showed discreet normocytic and normochromic anemia, kidney and liver functions were normal and fungal tests on skin scrapings were positive for dermatophytes on the dorsal area of the feet. Subsequently we ordered abdominal and pelvic ultrasounds, chest x-rays, upper digestive endoscopy and colonoscopy, and a course of ketoconazole was prescribed for systemic use.

After thirty days, the patient returned, showing violet, slightly infiltrated, desquamative lesions, located on the nose, auricular pavilions, dorsal area of hands, feet and toes ([Figure 2](#f02){ref-type="fig"}). Symmetric palmoplantar keratoderma, with lamellar desquamation was also present ([Figure 3A](#f03){ref-type="fig"}). There was a worsening on hand and feet pruritus. Also noticeable were the rare blisters over the violet lesions on the dorsal areas of the hands and feet ([Figure 3B](#f03){ref-type="fig"}). The patient\'s lips were also affected by the violet discoloration ([Figure 2](#f02){ref-type="fig"}). Abdominal examination evidenced painful hepatomegaly; the liver border was located 10 cm from the right costal margin, with blunt and irregular edges. Abdominal ultrasound showed hepatic nodules and lymphadenomegaly. Pelvic ultrasound was normal. Anatomopathological examination of the skin on the dorsal area of the hand found discreet superficial psoriasiform chronic dermatitis, with pigmentary dispersion ([Figure 4](#f04){ref-type="fig"}). Contrasted esophageal x-rays detected Zenker\'s diverticulum and distal esophageal stenosis. Upper digestive endoscopy demonstrated cancer of the esophagus and the biopsy confirmed a poorly differentiated esophageal squamous cell carcinoma. The patient died a few days after the diagnosis was completed.

![**A:** violet, infiltrative, desquamative erythematous plaque on the nose. **B:** similar lesion in the left auricular pavilion, also present on the right ear](abd-88-06-s1-0209-g02){#f02}

![**A:** Plantar keratoderma. **B:** blister over the violet lesion on the medial side of the foot](abd-88-06-s1-0209-g03){#f03}

![Anatomopathological exam of the skin on the dorsal area of the hand showing discreet, superficial, psoriasiform, chronic dermatitis, with pigmentary dispersion (enlarged 10x).](abd-88-06-s1-0209-g04){#f04}

DISCUSSION
==========

Bazex syndrome\'s physiopathology is still not well understood. Velez and Howard proposed, as a possible mechanism, the crossed reactions between tumor and skin antigens, the action of growth factors produced by the cancer cells and also zinc deficiency associated to the neoplasm.^[@r05]^ In 67% of cases reported on the medical literature, cutaneous manifestations precede in approximately one year, the diagnosis of cancer. Paraneoplastic acrokeratosis is highly specific for upper aerodigestive and lung neoplasms, however, rare reports point to the possibility of an association with bladder, prostate and breast cancer as well as liposarcoma.^[@r06],[@r07],[@r08]^ In 18% of patients, cutaneous lesions and cancer are diagnosed concomitantly and in 15% of the cases the diagnosis of cancer occurs first.^[@r07]^

All of the patients present with one or more of the following signs: desquamative erythematous lesions with a bluish or violet discoloration, onychodystrophy or keratoderma. Lesions are typically located on acral regions; they are symmetric and usually resistant to conventional treatments.^[@r08]^ The appearance of blisters in hands and feet is common in African-American patients.^[@r05]^ Pruritus is a rare manifestation.^[@r09]^

Bazex syndrome can progress in three stages: **(1)** cutaneous lesions in ears, fingers and nails; **(2)** palmoplantar keratosis; **(3)** involvement of knees, elbows and torso. The primary tumor tends to become symptomatic during the stage of palmoplantar keratosis^[@r06]^

Histological findings are unspecific, resulting in the description of one superficial psoriasiform dermatitis.^[@r01],[@r03]^ Among the differential diagnoses are psoriasis, eczemas, pityriasis rubra pilaris, Reiter syndrome, tinea, acquired palmoplantar keratoderma, syphilis, porphyria cutanea tarda, and acquired epidermolysis bullosa.

The improvement of lesions is described in 91% of the cases after the primary tumor is treated. The cutaneous condition is refractory to topical treatment, which may be attempted with coal tar, salicylic acid, vitamin D analogues, corticoids and UVB radiation. Systemic treatment also presents inconsistent results in studies with etretinate, corticoids and antibiotics.^[@r07],[@r10]^

Paraneoplastic syndromes may simulate other diseases, deferring the diagnosis of the primary tumor. The exuberance of the clinical manifestations described in this report illustrates the Bazex syndrome and draws the dermatologist attention to the possibility of this diagnosis. Our report is an exception to the rule, while describing a dark-skinned, female patient, with pruriginous lesions, an altogether unusual presentation of acrokeratosis paraneoplastica.
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